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■ SHORT COMMUNICATION ■
Introduction
The true incidence of müllerian anomalies in the gen-
eral population is somewhat difficult to determine.
Müllerian defects are also associated with renal anom-
alies in up to 30% of cases, ranging from renal agenesis
and severe hypoplasia to ectopic or duplicated ureters
[1,2]. Women with müllerian anomalies can be infertile,
and in those who conceive, a higher incidence of early
pregnancy loss, premature rupture of membranes, pre-
term labor and malpresentation is noted.
The specific association of uterus didelphys, hemi-
vaginal atresia and ipsilateral renal agenesis comprises
a rare syndrome that was only recognized as recently as
1992 [3]. Since then, over 180 cases have been reported
[4–6], in which it was noted that there is a more com-
mon occurrence of the obstructed hemivagina and renal
agenesis on the right side and a communication con-
necting the right and left side at the level of the vagina
or above the internal cervical ora in some cases. However,
the clinical presentation and management, as well as
obstetric outcome, are variable. We present a case of
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SUMMARY
Objective: Uterus didelphys with hemivaginal atresia and ipsilateral renal agenesis is a rare syndrome of müller-
ian anomalies. Term pregnancy at the site of atresia is even rarer.
Case Report: A 28-year-old married woman presented with menometrorrhagia and primary infertility. Pelvic
examination led to the suspicion of a pelvic mass between the uterus and bladder, and protruding to the right
site of the paracervix. Ultrasound and magnetic resonance imaging examination revealed a left ovarian ter-
atoma, right hematocolpos, and uterus didelphys with atresia of the right vagina and ipsilateral renal agenesis.
Enucleation of the left ovarian teratoma by laparoscopy and drainage of hematocolpos by 2-cm canalization as
a marsupialization procedure at the right paracervical protruding part under sonographic guidance were per-
formed. Thereafter, a term pregnancy in the affected side was achieved. The patient underwent cesarean section
due to breech presentation.
Conclusion: A greater awareness of the syndrome of uterus didelphys, hemivaginal atresia, and ipsilateral renal
agenesis should lead to a correct diagnosis. We herein report our experience with the correct diagnosis and
alternative management of this rare syndrome. [Taiwanese J Obstet Gynecol 2006;45(4):366–368]
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Pregnancy in Congenital Uterine Anomaly
this rare syndrome with term pregnancy at the site of
atresia after proper treatment. Both embryologic con-
siderations and clinical management are discussed.
Case Report
A 28-year-old married woman visited our clinic due to
menometrorrhagia and primary infertility for 2 years.
Her gynecologic history was significant for menarche at
age 13 with regular cycles. Pelvic examination showed
a pelvic mass between the uterus and bladder, pro-
truding to the right site of the paracervix. Ultrasound
revealed two uterine cavities, suspected hematocolpos
on the right side, and left ovarian teratoma (Figure 1A).
Since congenital uterine anomaly was suspected, mag-
netic resonance imaging (MRI) was performed and
revealed didelphys uterus with right hematocolpos, left
ovarian teratoma and right renal agenesis (Figure 2).
Enucleation of the left ovarian teratoma by laparo-
scopy and drainage of hematocolpos by 2-cm canal-
ization as a marsupialization procedure at the right
paracervical protruding part under sonographic guid-
ance were performed. After canalization, hysteroscopy
found no communication between the two uteri and
only one normal vagina that was connected with the
left uterine cervix. After operation, she had regular
menstruation, and ultrasound revealed normal ana-
tomic appearance of two uteri and no hematocolpos
(Figure 1B).
Six months after the operation, she visited our clinic
due to missed period. Vaginal ultrasound revealed intra-
uterine pregnancy at the right side of the uterus didel-
phys. Prenatal examination was normal and no preterm
labor was noted. She underwent cesarean section due
to breech presentation at 38 weeks of gestation.
Discussion
Uterovaginal duplication with unilateral vaginal atresia
and ipsilateral renal agenesis is a rare syndrome caus-
ing concern among gynecologists. In the embryologic
consideration of this syndrome, the most convincing
theory is that it is the result of a developmental abnor-
mality of the Wolffian ducts [5,6]. Wolffian ducts not
only develop to form kidneys, but also induce fusion of
müllerian ducts. Therefore, abnormalities in the fusion
of the caudal portions of the Wolffian ducts result in the
various anomalies of the uterus, one of which is uterus
didelphys and double vagina with unilateral atresia. In
addition, the association of unilateral renal agenesis
and hemivaginal atresia could also be explained by a
distinct aberrancy of Wolffian duct development. The
lower portion of the vagina is formed by the sinovaginal
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Figure 1. (A) Transabdominal ultrasound shows left uterus (white arrow) and right prominent hematocolpos (black arrows).
(B) Transabdominal ultrasound after vaginal canalization shows the disappearance of right hematocolpos and two separated
uteri (arrows).
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Figure 2. Magnetic resonance imaging shows uterus didel-
phys (small white arrows) with right hematocolpos (large
white arrow) and left ovarian teratoma (black arrow).
Taiwanese J Obstet Gynecol • December 2006 • Vol 45 • No 4368
F.P. Chen, K.K. Ng
bulb. If the Wolffian origin of sinovaginal bulbs were
reliable, then hemivaginal atresia may be explained by
Wolffian duct maldevelopment [5,6].
Most patients with this syndrome present with abdo-
minal pain and/or dysmenorrhea [2–4]. It may be
related to hematocolpos. If a communication between
the two sides exists, then patients may present with
persistent vaginal discharge, with or without abnormal
vaginal bleeding [2]. The presenting symptoms of meno-
metrorrhagia and infertility in our case were peculiar,
and may be related to the ovarian teratoma, but not
to this syndrome. Since there was no communication
between the two sides, the only explanation for the
symptoms is that the patient may tolerate the hemato-
colpos and retrograde menstruation. Therefore, diag-
nosis depends on vaginal examination, ultrasound and
MRI findings.
Similar symptoms and signs may be found in cases
of unicornuate uterus with a noncommunicating but
functional horn. The differential diagnosis depends on
vaginal examination, sonographic and MRI findings.
On vaginal examination, a protruding mass at the side
of the other cervix, as shown in the present case or a
paravaginal cystic mass [2], should not be found in
cases of unicornuate uterus with a noncommunicating
but functional horn. Sonography may be recommended
as an initial examination, in which separated uterus
and hematocolpos can be identified as in the present
case. Since MRI can provide information not only on the
triple-layer structure of the uterus, but also on the rela-
tionships among the different organs, two completely
separate uterine bodies and cervices with normal ana-
tomy and hemivaginal atresia with hematocolpos, as
well as ipsilateral renal agenesis, can be recognized. In
addition, any communication between the two sides
may be found by MRI.
Surgical management includes incision and drainage,
resection of the vaginal septum, and hemihysterec-
tomy with or without salpingo-oophorectomy. Obstetric
outcomes after vaginal septum resections have been
reported to be fairly good [2,7]. In the present case,
since a prominent paravaginal cystic mass or significant
vaginal septum was not found, 2-cm canalization as a
marsupialization procedure was performed at the para-
cervical protruding part under sonographic guidance.
Stassart et al described 10 intrauterine pregnancies
in 15 patients after vaginal septum resection [2], in
whom only one case was of term pregnancy in the
affected side, as in our patient. Since the symptoms
and signs of this syndrome are variable, the present
case provides additional information for alternative
management. In conclusion, a greater awareness of
the syndrome of uterus didelphys, hemivaginal atresia
and ipsilateral renal agenesis should lead to correct
diagnosis and appropriate surgical intervention.
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